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BIE {BoMNSWFENRERMS L0 anosmia ey & L EEKRER X v olfacto-genital syndrome (Kal-
Imann’s syndrome) X ZWiL 31 oREFEE o A human menopausal gonadotropin-human chorionic
gonadotropin (hMG-hCG) i THIFR R AERLE LD D2 LeKIhL 7o,

1. Luteinizing hormone-releasing hormone (LH-RH) # 5 3% ¢, gonadotropin (GT) 433k o 8 FE 8 b0 4%
R bhtcz Lk, ZOEEHFMIBKTHELE LD AL,

2. Growth hormone (GH) 4y, insulin g TR G CTH o7 2, l-arginine HEEH: W E ¥ KiG
AL, MEOKXE pattern MR E o7,

3. Thyrotropin-releasing hormone (TRH) #4535k & % prolactin 4 X ©° thyroid stimulating hormone
(TSH) SWRERTH o, i, TEARMBRERCLEBLAD ok,

4. HMG % 52BcKiGL, RREBC T, BEEROME L, NBIFKo FTEY#ED L, ¥4, PEo
HBERAC TRRIR L R .

5. Olfactogram T, BV oRENwicd, ToBECHE RETH o,

6. HMG-hCG #iEw THINF R LR 2, ERCK L L.

Bl

pa

Synopsis A case of the olfacto-genital syndrome (Kallmann’s syndrome), who was successfully treated and
accomplished a pregnancy was reported in this paper.

A 31 year-old woman was first seen at Kumamoto University Hospital on January 1975 with a chief com-
plaint of primary anemorrhea and infertility.

In her family history, no reproductive disorder was found and her past history was noncontributory. Her
parents were not consanguine. She had anosmia. Her height being 165.2 cm, span 170 cm and weight
52.8 kg, she had relatively well developted breast and her pubic hair was almost normal probably due to the
estrogen-progesterone cyclic therapy given by other doctors in the previous 10 years.

Her karyotype was 46,XX. and other tropic hormones of pituitary except gonadotropin were within normal
range.

Basal levels of LH and FSH were below 3.3 mIU/ml. Maximal increase of LH and FSH by the administra-
tion of synthetic LH-RH (100 ug) were 6.7 and 9.5 mIU/ml respectively.

By injection of 225 IU/day of human menopausal gonadotropin for consecutive 7 days, response of ovaries
was positive.

Laparoscopic examination revealed that the uterus was small hen’s egg size and ovaries were thumbtip size
(r: 30x15x14mm, 1: 30x18x 17 mm).

Histologic examination showed many primordial follicles. Clinical and laboratory findings shown here led
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to the diagnosis of the olfacto-genital syndrome.
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Ovulation was induced with hMG-hCG combination therapy and she conceived subsequently.
At present, she was in the 18 week of pregnancy and her course was so far uneventful.

Successful pregnancy in the patient of the olfacto-genital syndrome is endocrinologically very interesting and

is rare in the literatures.
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Radioimmunoassay (RIA) pBfF<e, KT
TEEH, N b releasing hormone (RH) o
ERE LOZOBERICHC LD, GT 23 Ch e
T 5 ZEEO TEREFE AV E v oo lmFEIEN S
PEINTE.

RIK T TEREORE T, HLDEF 28
ML Lo E VAWRE & LT oBRERY R
Tt Fhic, 1S RGO R VA G
VR IB U7 AR (isolated deficiency of pituitary
hormone) NP HEI N T\ 5.

e Cd GT Bjh/KiBSEwC anosmia % fED7-
olfacto-genital syndrome |} Kallmann’s syndrome
£ Lidh, REToREIDRL, ROBED
I XA THBRE .

%« L., olfacto-genital syndrome o 1% £
B L, BN REAL, ERELDD Z LY
LD T, & DN IR BRI SRR B 52
EZ THETS. :

iE Al
fEG : OROF, SLKlo» A, X
TR RREAR EZRAE

FRIEHE
HETHBEEE
—8& 4Tx¥  ME2A
5 657 — =9 44x 3A
ROECTREE | |—@ 40% 2 A
—Q 37F 1A
Q T0F @ — o 3y 1A
—Q fiE 5
BT MEREECiR i\, F i, MECES &
FIEDIEIR D H DT o\,

BRAEME © A5k e THE © K, BWMERE RETR
B A, 40°CLLEoRE D 3 HEe\WL 6 B
i -

HIRE : A EREFEER, SHoFBERAE LT

Wiz, HERICTRRICRE R,

BUREE : IBA412 4 B (2151040 B) , JRREHA
BATFRE LCHES %2 L, estrogen-progeste-
rone cyclic therapy % 3% 7-. Z o[, HEIX
157.0cm 7 HBIfED 165.2cm ¥ TOUW, %7z,
EhD T OrES BEFEE LEL RS
FTREL, SbABFMEELTE L.

BEFn46E 5 H (26117 B) #EB L, BELC
ToDfE® %2 Licdy, £ Z T estrogen-proge-
sterone cyclic therapy % 3%1}7-.

BRFIS04E 1 A (0% 7 # A), IR EAR L B R
A TSR A %2, kT B ano-
smia % FEZ X}, olfacto-genital syndrome L L
T, 12A 1 BE&EDO D ABE L.

RERR

1. 28PrR : H#£165.2cm, {fE52.8kg, span
170.0cm, %l AB #I, Rh (4), webbed neck

(=), cubitus valgus (—), shield like chest (—)

epicanthus (—)

FER1 HBEoFR

NI | -El ectronic Library Service



Japan Soci ety of Cbstetrics and Gynecol ogy

296 Olfacto-genital syndrome & IEfE AR 3h20% 3 &
LB o 365 3 Holse KD, .
5 . ) D N P '
el : Bk LH |2.8 4.6‘ 4.8/5.4 5.8 5.5
Thote. (BE1) .
R . ®clomiphene |
2. AR REORERBIIHEHBRITF© citrate 100mg/| FSH |1.1 3.2i 4.6| 4.2| 2.8| 2.7
N L = day, 10H
Botnt, Bk, NEBI, BERETRTHO R AeLa |
- w LH-RH 400 LH 2.4 | 4.0/ 5.5| 5.6| 4.4| 4.0
- o ) pg FATEH | o
B, TEESRFCRELRS T, TFER (mIU/ml)
NBIKT BT e o
TR R L2 S0 e T L BT 7 2) (Hamegon) 8t 558k
3. AR : . ié%#m M E, | ek p
O EpAiRihg, KRk R pg/ml | ng/ml
O progesterone 53R [tk i 5/95/ o [FBE 300 | < 0.8
- = B -
(O estrogen-progesterone By5.3XEx R hMG 22510 — 3
O TEMEHERSR —
D TEGTFHERR (LHRH £5RE) -
(K1) - — 0/90/10 A -
K1 A LH-RH 4% omiE LH 3 & v FSH R
DR HETS — 0/90/10 o ”?7.0 < 0.8
mIU/ml FSH pattern — ”
10+ I
Ak N — 0/70/30  ~ 41.0 | < 0.8
TTteo BERTH 0.1ml|
.| " § smm  0/10/%] % S| %60 | < 0.8
O"‘ ./'/;L><. N M.1.: maturation index
/,‘__x X E,: estradiol- 178
)'L/ P: progesterone
T | — T T 1
107 LH pattern O "Fﬁ%%ﬂ%‘)ﬁﬁ%
1) 17 OHCS 8.7~14.6mg/day, 17 KS 7.9~
gt 8.9mg/day
5 s e S~ Ko :
i ."g/x/x>-<\"~§f 2) Metopirone test (Metopirone 3g/day) nor-
*/0 ~-.0
o’ mal response
Y — T T 1 3) ACTH test (ACTH 251U, g :fd]AE)
beforeT 15 . 30 60 90 120,
. time normal response
LH-RH
4) Dexamethasone test (Dexamethasone 2mg/
0-~--0 100 pg MR x X 400 pg mnw day, 3 HRE#4-) normal response
L4 ® clomiphene citrate 100 mg/day RIS
10 AMBSKTHR S BEIZ 400 2 2 HHEk O Tﬁ%@ﬂ(ﬂﬁ% .
1) TEGTHAERS (TRH 50028 #HEE)
i (1551305 6043 9043 120 (K2)

B 154y, 304r, 6047, 904y, 12043%%
TSH 3.0, 26.0, 28.0, 25.0, 20.0, 17.0
(#U/ml)

OLHRH 100ug FSH [3:3 | 5.15.9/ 9.5 7.3
S LH 2.1]4.9 6.7 6.2 | 3.6
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B2 4k TRH #5#% o M Prolactin & X ¥
TSH {E ofERHR

(ng/ml) prolactin ®——s R=-==-X TSH (pu/ml)

60 —1 ~ 30
40 - N - 20
~x
o
20 - \ . 10
‘\
K [ ]
*)
T ] L] ] ) )
beforef 15 30 60 90 120p4y,
TRH time
T}’ T} ﬁg

2)

@ vy Ty B (Thyopac-3) 113~116

@ tetrasorb test (Thyopac-4) 7.6~9.0
rg/dl

3) EBAHE +5%

O BERLEV

1) TE4THERR (K3)

|
| #3054y | 604y | 9053 | A2

Dy 0:9 (0.7 2.1 4.1 | 3.2

(Dinsulin

(0.1U/kg) | blood
sugar 1(104)| (56)| (76)| (96)| (96)
(mg/dl)

aaly| 14 0.8 10.3(9.8 | 9.6

®1-arginine

(0.5g/kg) | blood
sugar (116)((126)((102)} (96)(108)
(mg/dl)

(O prolactin

1) TEAETHERBR (TRH 500¢g #iEHk)
(®2)
prolactin
B 154, 304y, 604, 904y, 1204
5.3, 40.0, 38.0, 26.0, 15.0, 8.5
(ng/ml)
O rPrz=dr ER
O HERHMKRE
a2—t, BHK, LEh& 222 UCDHHE

Nt 297

X3 Insulin % X ¢ l-arginine 5% o M1 gro-
wth hormone {& o &R HERR

ng/mle ® l-arginine
12 1 x---X insulin
°
10 J \._\.
8 J
[
4 4 RN
. “X
2 X
XTI
| 1 ¥
pefore 60 90 120 .
C time
l-arginine
insulin

HETORGCEE U\, ¥, 7V 3 v
TR
B-phenyl ethyl alcohol, methyl cyclopenteno-
lone, iso-valeric acid, 7-undecalactone, scatol
o EDALFIEMC X 5 olfactogram L, HRANK
MILPEERELTWA. 2oL, BVWoikkk G
1) e e R E LT LTV 5 TTRE
Wb o, HELKEL V.
O %RE Hax B, Ex (R, Bk (1
) &t cEs.
O REHERRE
V.s.= 1.5 (n.c.)
V.d.= 1.5(n.c.)
HE, RE, BREED, &M, WIThbER.
O ¥, slightly abnormal EEG
O BE#R, BHMBROMELED bh, BFR
DEIEL I\,
O BRREEY RELL
O 1l (b v5 v G508 K58
B 304y, 604y, 904y, 1204)#&
fmfEfE 111, 131, 140, 121, 98 (mg/dl)
O Ml REFRIRE
sex chromatin G
chromosome constitution 46, XX
O FBEmR
FENRINK, ZEAIVE80mm ©, FRRIX
IEHETH AP, BEWR hypoplastic ¢H%.
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HR2 ARG OINRFTR

%ﬁé«

ZENELIT, 30X 18X 17mm (EEX Mg X E x),
HIRELL, 30X 15X 14dmm R #5IEA T, KA G
<, xR AN LAbBROIRELRDL. (FHE
2)

O  IPE oM RIRT R

AN L S FREIROFENR L bR, —&ic
MG oHFIC X% L Ex bhs REIEI D
b, (HHE3)

FH3 IREOREERTWITR

O HFEER

Estrogen-progesterone cyclic therapy - }4:EH
&3z Lo, hMG-hCG gk 177 HEIR
FRE AT

HMG 3001U/day % g [l 45- Lz & & AT, H
RGO . 3ml, > A FEEERIVAL (H#), Spinnbarkeit
10cm L EE 7eofcoT, 9B (MEH &
143 B) i, hMG 300IU, hCG 10,0001U #,
S>¥ o HiciL bCG 10,0001U ##5- 1, B

HEER#E29%3 &5

Fk LOPEIR~DIRE R T Ie D7
AR, HRBImALEISEE X v &k
Ha5 L, WohrcBHRsER ORI Z R L.
ColE, ZEIRREOBE OMERS A .
Foth, EEARMEISEHEYFSEL, B
Him AN A B (ERAR24H H) i, e
IR E R Lz, (K4)

M4 AR g

L April, 1976
20T 25 301 (17 5. 10 171§
5 i a ! 5 5 0

e
15 5
1

et b PR i I

T e [

Q.

i

I

= = f

A7 e fanua s
Vi R Wi

TonowowB8-rnwavo

—nwrnoumoE nw

1U/dpy |

BAE, FIRISHETH B2, IERERIEHCH
5.

Z =

ATAE, RIA oz, RH o RIGHK L b,
PR Ve v o MR EEES LIS B
KEhT&ie. ohEc, BREREY PO LD
FFEDHERI S O fe B RO RTHE A v & o Yl
BIED, ThboREkoESIT L Pz
FAED RO b, FMICREN A B % (Odell,
1966) .

GT B/RBEOZE & LH-RH 52080 &
OTC HERY WisoTE LD, e Th,
e L LC anosmia % f£5 3 o, olfacto-
genital syndrome % #-;3 Kallmann’s syndrome
(Kallmann, et al., 1944) [t XiXh#&ci:cos
HTHS.

Reproductive function L anosmia o BEiiz>
WTIL, BT HL 0 ERE HOH T3S,
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(Whitten, 1956 ; Parkes, et al., 1961 ; Van Beu-
gen, et al., 1961) |

Orbach et al. (1966) 1 L i, MR
FELRV S BIERE S B\ iR /R Ex K
DT v M, 2 ATERMEEAOEEY, Fi,
* ACRREBABOBEEN AR DHZ L LY, B
HOMKIRIKTH co GT EEAE MR~ O ek
eEEYE L, TEABEBCELYETLD L L
TW5.

* f-, Signoret et al. (1962) L, &4 AKX
DA SR I35 &, GT HnEE
h, TEEENET, BEOREEELALLD
EHRELTVB.

X bz, DeMorsier (1955) i3, k& b o BREKRE
BAEIIFIDEED 55, 14FIIERBEEET %
ot oo ERIBHLTVS.

¥, AR, REOHR-ch b HRED
MRAN X BT (REE (RER, W) REEH) L&’
B iesE, wiaflE, YRENE, 3MREK
B, RktE) »oinvy, ZoRbkks GT 5 WH
M5 LTwH EIhTW5.

IhboHEELY, BEL GT 43 b
TEERBERCHD = Lavbr b, TOBEERM
i, HETEHTHA 5 LHEREZ NS, ,

Olfacto-genital syndrome ¢ ZWiALi#E13, ano-
smia, [RFEMEARE, FokMB o R LUK
F, eunuchoid (&%, BEROERIE, GT HIWAR
4% X UMb oo FEMRTEE o tropic hormone /37
DIEFETHHZ ENDBEDOEHETHLH, KEP
OUBHIZIEOFT A CILBERmOEEL L, ¥
fo, BoREE O EW BT ED bh 7eho
7o, S RUTHFYI04EET 8 L srestrogen-progesterone
cyclic therapy DR LE 2 b 5.

v Th, BEiEEOFT, LH-RH 53
g2 x5 LH, FSH o hEiiE vz 5. GT #
WRIES, o HHElchH5 Olfacto-genital
syndrome i} LH, FSH o basal level »VEfE
BRTZERYRDOZ L TehHB A, LH-RH #5
KB, ERCECRIEERITEADHS. &
B DEGICR, % DOBEERA 2R TR

N 299

BT ENTEDD, %L DEFRCEWTERIG
WL, {ERIETtH%D (Marshall, et al., 1972).

L L, REZERIGTHOTYL, RiiHECH
7o LH-RH o R nic X % =k /e T H#fk o LH-
RH o35 RIGHEOETATFEI B 1, 1o
BB TRECESN DS LIMETE o,

Lie 32T, Holi T LH-RH o #ifiir 50,
clomiphene citrate & X h K F % N LT—F
I T RAEL R L0 b LH-RH £ 538417
N, ZORULHEEN b BEEBL 2 REL LS &
T2 AN T\ 5 (Zarate, et al., 1973 ;
Reitano, et al., 1975).

Hx ofEflo LH-RH #5308 ( 10048 5
¥, 400#¢g f5HEY:, clomiphene citrate 100mg/
day 10HH#5#KT#5 HHEH <« LHRH 400¢8
) ik, #&5ETo LH fEx, 2.1~ 2.8
mIU/ml FSH {23, 0.98~ 3.3mIU/ml } {&{&
ThY, 1, Ik pattern b, EFADER L
B +5 &, TG pattern ¢ BHoto. L
L, WFhoREETLIR T X 5 v T 2 e iEm
pattern 2iE Hivic 2 bk, BEERAL QKT
ThHHEEZLRT. ThboFERIL olfacto-
genital syndrome ¢ LH-RH vz % K>
WT DEFR AR (Naftolin, et al., 1971 ;
Job, et al., 1972 ; Roth et al., 1972 ; Zarate, et
al., 1973 ; Oettinger, et al., 1976) & —F L7-.

# -, clomiphene citrate ¥y5% 0 LH-RH #
5B CHEOE LR K ich Dl & L, olfacto-
genital syndrome = GT BAJR/RIBARE © EEILAL
PERIRTHTH D Z L bBRTHEINBMHERT
BB, MEDENTIGREBDIZLEVI DD
3 & b s (Boyer, 1969 ; Bricaire et al., 1972).

HMG (Humegon) iz X % JIBHFIHAE <%,
hMG 225 1U, 5 HfEo 85 CERLHRSLRS
Rigiotciod, Eb2 BEBMLIELT A,
BEHGHEIOER (| T#3 HHE) kX matura-
tion index, FFERLWE, ¥ X ERE TR KGR
HOFT RAsiRD bhic.

Thoik, REBRBEEC X 5 RIEEXOIPEDRT
R, MEEERC MG RIC X% L5 2 b
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hHRBEIPROFEN R I o e —FK L.
¥, FERRPMO AL vEEO D/ NEIT
RTHY, La»Tcedfs Ui GT BURIBAE
DIEF (EIS, 1976) LHNTRE LT 1.

Olfacto-genital syndrome o> GH 4712 -o0»
Tk, L DEFACESVCTIERTH 52, KRG
THOtc b 5 i (Jones, et al., 1975) 3 &
bhb.

B~ D EF T insulin g 5HE-CIMERIGTH
>z, l-arginine $5.E:I13EF pattern % 7R
L7z, Insuline 5y cidfric{Kinka 4 U Ty
RCEBERH D, o, KEFCLZOLRD X5
BRSO T T ERIGERTEAT, X
SRR o Rie % l-arginine Fy 58 X 5 |
It pattern 2L 5 NETHA S .

REOKREDNL, oL bHEoEERAELE
DOEDTHD. KEFITIL, E<LBVOEEN
75 < olfactogram VZZodk-4 5 723 0 BRE 7 HIE A
WE-cH ot .

Olfacto-genital syndrome o> [ ERESEIC X 5
REBEIITTREERD LV BREGEZ A SRR
WA, IREERCEE A B\ TR RN 5 & mo-
saic THAH ZELMNHBMC b Lo HWELHD
(Jones, et al., 1975). AIEF| O F MBS - X
DO TIX, 46, XXThot-.

GT BiMURIBRER, FOHHIlc % olfacto-
genital syndrome |z 35\~ T, BEIIFEHR (Mroueh,
et al., 1968) =, {EIRIC TY Lic EM L bh
% (Tagatz, et al., 1970 ; Spitz et al., 1974).

REFITE, ZRAED D hMG-hCG i
LA R A RS, TRE LD T LTI L
7z
FERERRL, OLOonEREHcH, Ero
FER2E 2 bhzns, EREFEORELE, HFE
DEBIC LY, FRAEERAFED e IEFEE )% [0
ECTEHEMOHFELR UG LRBEREDLD
LEEZbhD,

AIEFIL, RAMBENFC X v, GT Hilk
B anosmia # f£->7- olfacto-genital synd-

rome DZWIELUELTHLE L, FoOEEWRMIL, B
KT hBHbo LI, T, 20X

HERE29%3 5

ISHEBICAENRE Lo 7oL, R EX o TR
THH, BHAETE, BRHORETHD.

e A KFEGERERERN, NRHEEHER, P2
BT, KRKFEYE, ERHFARYERE, 5%
WM OMBH, HHScBRYT

X &

BIIBE, HEIER, L 15 BEE— F BE
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